A ngioleiomyomas are infrequent benign tumors originating from smooth muscle cells of arterial or venous walls. They are encountered mostly in the deep layers of the dermis or in the subcutaneous tissues of the lower extremities with a prevalence of only 8.5% in the head and neck We present the case of a male patient with an angioleiomyoma of the nasal cavity, a location described in a few cases in the literature.
C A S E R E P O RT
A 40-year-old man presented with recurrent right sided epistaxis to the Christian Medical College, Vellore, a tertiary care teaching hospital in South India. His medical history revealed two previous episodes of epistaxis; two years prior and five months before this presentation. He subsequently had multiple episodes of nasal bleeding. Each episode began and ended spontaneously and there was about 25ml of blood loss during each episode.
Clinical examination revealed a mass in the right inferior meatus displacing the inferior turbinate upwards. A computed tomography (CT) scan of the paranasal sinuses showed an opacified left maxillary sinus with blocked infundibulum and an enlarged right inferior turbinate filling the nasal cavity. There was also polypoidal mucosal thickening in the right maxillary sinus [ Figure 1 ].
The patient underwent right nasal mass excision and left-limited endoscopic sinus surgery under general anesthesia. Intraoperatively, he was found to have a 3cm×3cm well-defined, spherical, grayish/ white mass with broad-based attachment to right inferior meatal lateral wall. An arterial bleeder, which was noted at the base of the mass was cauterized, and the mass was excised in toto.
Histopathology showed a well-circumscribed tumor, lined by respiratory epithelium, composed of numerous vascular channels. These were surrounded by interlacing bundles of spindle-shaped smooth muscle cells with mildly pleomorphic elongated nuclei having bland chromatin and moderate amounts of cytoplasm [ Figures 2 and 3 ]. Admixed among these smooth muscle bundles were a few clusters of benign adipocytes [ Figure 4 ]. The neoplastic cells were positivie for smooth muscle actin and muscle specific actin. However, desmin and human melanoma black (HMB-45) staining were negative. Hence, a diagnosis of right nasal angioleiomyoma was made. He remained asymptomatic at six months follow-up with no evidence of tumor recurrence.
D I S C U S S I O N
Angioleiomyoma, also known as vascular leiomyoma or angiomyoma, was first described by Stout et al, Angioleiomyomas are infrequent benign tumors originating from smooth muscle cells of arterial or venous walls. They are most commonly seen in the lower extremities with a prevalence of only 8.5% in the head and neck. We present the case of a 40-year-old male patient who presented to Christian Medical College, Vellore, India, with recurrent episodes of right-sided epistaxis. A computed tomography scan showed an enlarged right inferior turbinate filling the right nasal cavity. The mass was removed endoscopically and sent to pathology. A diagnosis of angioleiomyoma of the nasal cavity was made. This location that has only been described in a minority of cases in the literature. Our case report signifies the importance of maintaining a broad differential when dealing with patients presenting with nasal mass and the importance of histopathological examination for the diagnosis.
Organization (WHO) classification of tumors, angioleiomyoma is defined as "a frequently painful, benign subcutaneous or deep dermal tumor composed of mature smooth muscle bundles which surround and intersect between vascular channels". However, in the 2013 update, angioleiomyoma, which earlier belonged to the group of 'smooth muscle tumors' , was reclassified into the 'pericytic (perivascular)' tumors group. This is because it shares morphological features with myopericytoma by showing perivascular concentric arrangement of smooth muscle cells.
2
Angioleiomyomas are divided into three subtypes based on the dominant histological pattern: solid, venous, and cavernous.
3 Solid, the most common subtype, shows a strong female predominance, whereas the venous and cavernous types are slightly more common in males.
4
Approximately 89% of angioleiomyomas occur in the extremities. The most common region of occurrence is in lower extremities, which account for almost 67% of these tumors.
5 Only 8.5% to 10% of angioleiomyomas arise in the head and neck area. Here, they usually present as venous or cavernous type and exhibit a male preponderance. 6 Rarely reported are angioleiomyomas of the nasal cavity. However, they have been described in many other areas including the scrotum and oral cavity. 7 The literature reports that angioleiomyomas are more frequent in the fourth, fifth, and sixth decades of life, and that more than 80% of angioleiomyomas are less than 2cm in diameter. 3, 8 They arise commonly in the deep layers of the dermis or in the subcutaneous tissues. The tumor is generally rounded and forms a nodule that usually elevates the skin. 1 Their characteristic, small tumor size may be due to their superficial location and slow-growing nature. 6 However, if deeply seated, it could grow large due to the absence of symptoms.
Patients with angioleiomyoma most commonly present with pain and temperature sensitivity. Pain is often paroxysmal and triggered by the slightest touch or exposure of the tumor to environmental stimuli. The presence of pain is related to the histological type of the tumor. 3, 8 The solid type is usually painful (70%) and the venous or cavernous type is painless (pain rate of 30%). Pain is usually present when the lesion is located on an extremity, whereas angioleiomyomas over the head and neck area are usually painless. Pain on exposure to cold in solid angioleiomyomas is believed to be due to the ischemia caused by contraction of vessels in the tumor. Although the exact etiology of angioleiomyomas is not known, local infection, trauma, arteriovenous malformation, and hormonal influences have been implicated.
9
In our patient, the tumor, despite being a small, painless, hidden mass in the nasal cavity was detected early because of the recurrent episodes of epistaxis. Surgical excision with histological study was the only way to determine the diagnosis.
Most vascular leiomyomas can be diagnosed using histology using conventional hematoxylin and eosin (H&E) staining. Histologically, a solid or capillary type of angioleiomyoma consists of smooth muscle bundles, which by their close interlocking structure give the vascular channels a slit-like shape. A cavernous type tumor is composed of a dilated vascular channel with a thin smooth muscular wall whereas a venous angioleiomyoma has a thick smooth muscle.
10 Smooth muscle cells of angioleiomyoma are mature and well-differentiated and mitotic figures are usually absent or very rare. Rarely, the tumor may show areas of hyalinization, calcification, or myxoid change.
It is important to distinguish between ang ioleiomyoma , ang iomyolipomas, and leiomyosarcomas. The cutaneous angiomyolipoma is differentiated from angioleiomyoma by the presence of mature adipose tissue within the tumor. Adipose tissue is present in only 2.5% to 3% of angioleiomyomas, whereas it can occupy approximately 20% to 30% of angiomyolipomas. Angiomyolipomas show immunoreactivity with HMB-45. In leiomyosarcoma, which is a malignant smooth muscle tumor, there is nuclear atypia and mitosis and the tumor nuclei are typically cigarshaped and arranged in interweaving fascicles. 4 Other differences include myopericytoma, hemangioma, angiofibroma, and angiofibromyoma. The treatment of choice for angioleiomyoma is surgical excision. After complete excision, the tumor seldom recurs.
C O N C LU S I O N
Ang ioleiomyomas are benign tumours, originating from smooth muscle cells of arterial or venous walls, seen mostly in the lower extremities. Their occurrence in the nasal cavity is extremely rare. Endoscopic surgical excision is the treatment of choice and recurrence after complete excision is rare.
